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A 28-year-old male with bilateral testicular seminoma underwent bilateral orchiectomy and radiation therapy of
the retroperitoneum. After 17 years, he had a retroperitoneal tumor detected, which was removed 7 years later at
age 52 because of its progressive enlargement. Due to its partially cystic and partially solid structure, the
radiologic findings could not exclude the possibility of regressively altered seminoma metastasis. After radical

surgical removal of the tumor, the histopathological and immunohistochemical examination of the tumor
revealed ancient schwannoma. These tumors, although unusual, might pose a clinical diagnostic challenge with
the risk of undesired overtreatment.

1. Introduction

Seminoma, along with other germ cell tumors, usually affects males
in the age group between 20 and 40 years, in which they are the most
common malignant tumors. If confined only to the testicle, the treat-
ment consists of orchiectomy. In adverse course of the disease, patients
develop metastases, initially in retroperitoneal sentinel lymph nodes,
thereafter in distant lymph nodes and organs. To prevent the metastasis
formation or to eradicate ones already formed, the patients may undergo
radiation therapy and/or chemotherapy.'

We present a case of a patient initially diagnosed with bilateral
testicular seminoma, who underwent orchiectomy and radiation ther-
apy of the retroperitoneum. 17 years following the surgery, the patient
has had a progressively enlarging retroperitoneal tumor detected.

2. Case report
2.1. Clinical report

A 28-year-old man was diagnosed with seminoma affecting both his
testicles (right - pT2, left - pT1), without signs of metastases in organs,

but with a CT finding of an aggregate of lymphatic nodes situated
ventrally to vena cava inferior, with diameters of 28 x 17 x 45 mm

(clinical stage IIB). Following the bilateral radical orchiectomy, he
received radiation therapy with dose of 40 Gy targeting the retroperi-
toneal lymph nodes, without administration of chemotherapy.

The follow-up CT and USG checkups revealed no apparent recur-
rence of seminoma. 17 years after the surgery, an abdominal CT scan
revealed a hypodense, cyst-like lesion (density 10 HU) without opaci-
fication, in the level of vertebra L3, ventrally to the left psoas major
muscle, with dimensions of 21 x 20 mm. The lesion was separated from
visualized lymphatic nodes (which had no apparent tumor changes) and
adjacent organs, however the possibility of a colliquated lymphatic node
could not be ruled out. On PET/CT scan, the lesion had an increased
uptake of glucose. 7 years later, the abdominal USG check-up revealed
significant enlargement of the cystic lesion, which now measured up to
10 cm. On CT measurement, the lesion had dimensions of 102 x 85 x
110 mm, part of the mass had a cystic character, the caudal part was
solid and compact (Fig. 1). Of the serum testicular germ cell tumor
markers, only alfa-fetoprotein was evaluated, which had value of 3,4 ug/
L

2.2. Pathological examination

After surgical resection of the retroperitoneal tumor, the specimen
grossly consisted of a cystic mass with greatest diameter of 12 cm, the
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thickness of the cyst wall was 2 mm, and a solid mass attached to the cyst
from the outer wall, which was 13 cm long and 1,5 cm thick (Fig. 2).
Histopathological evaluation of the mass revealed a tumor composed of
spindle-shaped cells with slender nuclei, without cytologic or nuclear
atypia (Fig. 3), without increased mitotic activity (Ki-67 < 5%), the cells
were growing in bundles, nests, and bands. Some areas were hyper-
cellular, composed predominantly of tumor cells (Antoni A), some areas
were hypocellular with abundance of stroma (Antoni B) with edematous
and myxoid appearance (Fig. 3). The cystic part of the tumor showed
degenerative changes - abundance of fibrous connective tissue, hyali-
nization, giant cell inflammatory reaction, signs of hemorrhages. Vessels
had a thickened, hyalinized walls, no apparent vascular invasion by the
tumor cells was identified (Fig. 3). The immunohistochemical profile
(positivity of vimentin, S100, SOX10, CD56; negativity of AE1/3, SMA,
desmin, CD34, CD117, EMA, inhibin, PLAP, CD30, AFP) and histo-
morphological picture of the tumor are typical for the diagnosis of
schwannoma, due to the extensive degenerative changes termed ancient
schwannoma.

3. Discussion

Schwannoma is a benign tumor derived from the Schwann cells,
which surround majority of peripheral nerves. It can originate from any
nerve covered by the Schwann cells, approximately in one third of cases
in the head and neck region.” Its occurrence in the retroperitoneum is
rare (0,7-2,7% of all schwannomas), nevertheless it is the most frequent
benign nerve tumor of the retroperitoneum.” Its benign behavior is
emphasized by an encapsulated, long-term growth, where the potential
problems arise due to compression of adjacent structures. Histologically,
schwannomas are composed of spindle-shaped cells, characteristically
with alternation of highly cellular (Antoni A) and less cellular areas with
predominance of stroma (Antoni B).® Numerous variants and growth
patterns have been described in schwannomas, the ancient variant is one
of the more infrequent types. First described in 1951, it is believed to be
a result of extensive degenerative changes occurring during the tumor
growth as an indirect result of vascular insufficiency affecting the tumor
mass. The described degenerative changes include edema, fibrosis,
hyalinization, calcification, inflammation, xanthomatous changes and
necrosis, the latter ones can result in a cystic space formation.”

Despite the impressive size it can reach, schwannoma is a benign
tumor (with very rare rate of malignant transformation) and usually the
surgical removal is curative.? In schwannomas with extensive degener-
ative changes, the radiologic features might not be always sufficient for
distinguishing between a malignant and a benign lesion.” Auxiliary
methods such as fine-needle aspiration cytology might prove false
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Fig. 2. Resected specimen with cystic part (black arrows) and solid part (blue
arrows) after grossing. (For interpretation of the references to colour in this
figure legend, the reader is referred to the Web version of this article.)

results, therefore the diagnosis should be confirmed on a resected
specimen.

Metastases of malignant tumors, such as seminoma, pose a grave
threat and need to be discerned as such. Unlike majority of malignant
tumors, schwannomas do not respond well to chemotherapy nor
radiotherapy.’ In patients with testicular cancer, the features dis-
tinguishing retroperitoneal metastases and other retroperitoneal tumors
could be elevation of germ cell tumor serum markers (alfa-fetoprotein,
human chorionic gonadotropin, lactate dehydrogenase) and direct
involvement of retroperitoneal sentinel lymph nodes in the tumor mass.
If lymph nodes are affected by a tumor mass in a patient with testicular
cancer, the location of the lymph node might be helpful in discerning
between a metastasis of a testicular tumor and a tumor of another site.’

4. Conclusion

Retroperitoneal mass in a patient with testicular germ cell tumor
occurring simultaneously or subsequently is very suspicious of metas-
tasis, which might lead to unjustified radiotherapy or chemotherapy.
Ancient retroperitoneal schwannoma is a very rare tumor which can
mimic germ cell tumor metastasis, therefore awareness of this rare
phenomenon needs to be raised, especially in patients with a medical
history of this malignancy.

Fig. 1. PET, CT and PET/CT examination findings (upper row — 17 years after orchiectomy; bottom row — 24 years after orchiectomy). Arrows point towards the

enlarging cystic mass in the left retroperitoneum, near the left psoas major muscle.
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Fig. 3. A Markedly thickened hyalinized vessels surrounded by tumor cells (HE, 100x). B Hypercellular area (Antoni A - left) and hypocellular area with edematous
stroma (Antoni B - right) separated by broad, dense connective tissue band (HE, 100x). C Spindle-shaped tumor cells with bland nuclei, without cytologic or nuclear

atypia, growing in bundles in Antoni A area (HE, 400x).
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